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but is sometimes much more widespread, and the
aortic arch and its major branches are occasionally
involved. Diagnosis is often based on clinical ex-
amination and biopsy of the temporal artery, which
is conveniently superficial and often affected.

The lesion is an inflammation of the whole thick-
ness and whole circumference of the affected
arteries, affecting either a continuous length of the
vessel or appearing as multiple focal lesions along it.
The vessel wall is infiltrated with leukocytes (mainly
polymorphs) in the early stages, but the subsequent
reaction is granulomatous, with accumulation of
lymphocytes, macrophages and multinuclear cells (of
both Langhans' and Toreign-body' types) which
sometimes appear to develop in relation to frag-
ments of the disrupted internal elastic lamina. Fib-
rous thickening of the intima, fibrous replacement of
the media, and commonly thrombosis and organisa-
tion, result in a severely scarred vessel with a nar-
rowed or obliterated lumen (Fig. 14.31).

resulting from more extensive arteritis. In some in-
stances, the disease occurs in association with poly-
myalgia rheumatica. It is of entirely unknown aeti-
ology and usually self-limiting.

Takayasu's disease. This is a rare condition, first
reported from Japan, in which the aorta and the
large arteries arising from the aortic arch are
affected by an arteritis which may resemble syphilitic
aortitis, caseating tuberculosis or temporal arteritis.
Intimal thickening, sometimes with superadded
thrombosis, severely narrows or occludes the sub-
clavian, carotid and innominate arteries (hence the
term pulseless disease), with resulting ischaemia of
the head and arms. The disease affects mainly young
women, and the aetiology is unknown. Occasional
cases with vascular occlusions suggestive of Taka-
yasu's arteriopathy are encountered in Britain, but the
patients are usually older, and may be of either sex:
these cases are attributable to severe atheroma or
syphilitic arteritis of the major arteries.

Fig. 14.31 Section of the temporal artery in giant-
cell arteritis, showing multmucleated giant cells lying
in relation to the internal elastic lamina (now dis-
rupted and seen only as small fragments). There is
gross intimal thickening, possibly from organisation
of thrombus, and a very narrow lumen, x 120.

Clinically there may be localised reddening of the
skin over an affected vessel, which is usually tender
or painful and sometimes nodular. Depending on
which arteries are involved, there may be headache,
visual disturbances and even blindness (from in-
volvement of the retinal arteries), facial pain, and
sometimes cerebral infarction and other features

Thrombotic microangiopathy
(thrombotic thrombocytopenic
purpura)

This is characterised by the deposition of homogene-
ous eosinophilic material, at least some of which is
fibrin, in the intima and lumen of visceral arterioles,
without an associated inflammatory reaction. It
sometimes accompanies, and may belong to, the
group of connective tissue diseases. Further details
are given on p. 531.

Raynaud's disease

Nomenclature. In 1862 Maurice Raynaud
described a series of cases of intermittent im-
pairment of the circulation through the ex-
tremities, usually presenting as an abnormal
response to exposure to cold. It has since
become apparent that these effects can occur in
subjects with or without organic vascular dis-
ease. There has been considerable confusion
over nomenclature, but it is now customary to
apply the term Raynaud's disease to cases ap-
parently due wholly to abnormal angiospasm
and to group together under the term Ray-
naud's phenomenon cases in which organic vas-
cular changes play a major role.

Raynaud's disease occurs mainly in women,
usually starting in adolescence and often con-
tinuing indefinitely. It usually affects the fin-
gers, but occasionally the tip of the nose, ears